The association of the atrophy-hypertrophy complex in monolobar Caroli's disease (Type I) is reported in a 30 year old male who presented with recurrent cholangitis. Ultrasound and CT scan showed localised, right sided, saccular biliary dilatation in a normal sized liver. Severe right lobar atrophy was detected at operation and the resected right lobe weighed only 140 gms. Distortion of the hilar vascular anatomy and posterior displacement of the right hepatic duct orifice were problems encountered at surgery.
INTRODUCTION
The unique characteristics of Caroli's disease continue to be described in the literature. Its association with recurrent cholangitis, intrahepatic stones, epithelial dysplasia, and malignancy are well documented 1,2. Unilobar and generalised forms are known, and may be associated with congenital hepatic fibrosis and portal hypertension 3,4. Severe atrophy of the liver in unilobar Caroli's disease has not been previously highlighted and could be an important consideration while planning surgical treatment.
CASE REPORT
C., a 30 year old male, presented with episodes of recurrent cholangitis since childhood. Ultrasound scan done at another hospital had shown dilated intrahepatic bile ducts. ERCP was performed with a diagnosis of Caroli's disease, but failed to opacify the dilated ducts. The extrahepatic biliary tree was normal.
When seen at our hospital, the patient was anicteric, and on abdominal examination no abnormality was detected. Liver function tests were normal except for a mildly elevated alkaline phosphatase level of 318 U/L (N up to 270 U/L).
Renal function was normal. Abdominal ultrasound showed intrahepatic ductal dilatation localised to the right lobe. The intrahepatic portal structures were normal, but the right hepatic vein could not be delineated. CT scan was performed, and revealed gross intrahepatic ductal dilatation confined to the right lobe, with the rest of the liver being of normal size and texture. The kidneys and other viscera were normal (Figure 1 ).
Right hepatic lobectomy was performed. On dissection of the porta and occlusion of the right hepatic artery and right portal vein the line of demarcation revealed the right lobe to be severely atrophic. Compensatory hypertrophy of the left lobe, particularly segment IV had resulted in displacement of the gallbladder to the right border of the liver, with the entire right liver shrunken and displaced posteriorly. Rotation of the hilar structures had caused the right hepatic duct to course in a postero-anterior direction. The duct itself showed cystic dilatation, and was filled with muco-pus and debris, which had occluded its opening into the common hepatic duct. The portal vein was displaced to the left and its right branch was situated posterior to the left hepatic duct.
The excised right liver weighed only 140 gms ( Figure 2 ) and on section showed grossly dilated bile ducts. Microscopic examination showed severe nonspecific cholangitis. The liver parenchyma surrounding the cystic spaces showed hepatocytes filled with yellow brown pigment with a chronic inflammatory infiltrate. Periportal fibrosis was not present.
Except for a transient bile leak from the stump of the right hepatic duct, which settled with nasobiliary drainage, the patient made an uneventful recovery and on follow up at four months is doing well. 
DISCUSSION
Caroli's disease, defined as congenital segmental saccular dilatation of the intrahepatic bile ducts, is now recognised to occur in two distinct forms" the simple type, and the periportal fibrosis type 4,5. The simple type is rarer, and usually presents in adult life with recurrent cholangitis dating back to childhood, whereas the second type-similar to if not identical with congenital hepatic fibrosis-presents with features of portal hypertension 2,3. 
